Os autores relatam o primeiro caso de hidrocistoma apócrino orbitário com confirmação imunohistoquímica. O tumor apresentou crescimento lento e progressivo, sem relato de baixa de acuidade visual, diplopia, epífora, secreção ou trauma prévio. Não houve proptose ou alteração da motilidade extraocular. O exame de imagem por tomografia computadorizada da órbita revelou uma lesão nodular, extraconal, de limites imprecisos, com áreas císticas e sólidas no seu interior, na região súpero-medial de órbita direita. O paciente foi submetido à orbitotomia por via anterior, com exérese integral da tumoração. O exame histopatológico revelou o diagnóstico de hidrocistoma apócrino e a imunohistoquímica confirmou o diagnóstico. Após a cirurgia, o paciente teve regressão total dos sintomas.
INTRODUCTION

H
idrocystomas are benign cystic lesions derived from sweat glands. Histologically, two types of hidrocystoma, eccrine and apocrine are recognized, reflecting the cells of origin (1) (2) (3) . Apocrine hidrocystomas are benign cystic lesions derived from the sweat glands of Moll and seldom found in the orbit. They are usually yellow-to-white (sometimes with layering) but less commonly blue to black (due to the Tyndall effect from the turbid contents), typically arise at the eyelid margins particularly around the inner canthus of the eyelid where the glands of Moll are located. Apocrine hidrocystomas are seldom found in the orbit (2) (3) (4) (5) (6) . The pathophysiology of hidrocystomas is uncertain. It has been hypothesized that sequestration of epithelial cells at the embryonic stage or traumatic implantation of epithelial cells into deeper tissues, including orbit, could lead to the condition (2) (3) . The authors report an atypical case of orbital apocrine hidrocystoma in superomedial orbit, highlighting the immunohistochemistry analysis and reviewing the literature.
CASE REPORT
A 61-year-old female presented with a 5-year history of a painless mass in superomedial right orbit. The patient reported slow growth until 2 years prior to her examination, when the lesion seemed to have grown more rapidly and became increasingly firm. There was no history of impaired vision, diplopia, watering, discharge, or prior trauma. Visual acuity was normal. External examination revealed a palpable mass in the superomedial orbit along the medial orbital wall. It did not appear to be attached to the periorbital rim. There was no proptosis. Valsalva test was negative and extraocular motility was normal (Figure 1 A and B) . A CT study with axial and coronal slices showed an extraconal nodule, with partially defined limits, with internal heterogeneities areas, measuring about 1.6 x 1.1 cm, with discrete heterogeneous enhancement by contrast, in the superomedial orbit. (Figure 1 C and D) .
The lesion was removed by an anterior orbitotomy approach. A retroseptal cystic mass was found, extended posteriorly along the levator aponeurosis. It was easily released and the intraoperative revealed a very thin-walled cystic mass that ruptured during the procedure with the release of a clear fluid (Figure 2 A and B) . All the cystic wall was excised. During 6 months follow-up there has been no recurrence of the tumor.
Histologic and immunopathological findings
The histopathological analysis of the cyst wall revealed a cystic thin wall with double layer epithelium with an internal layer of cuboidal cells with opaque, densely eosinophilic cytoplasm exhibiting apical snouts (decapitation secretion). These findings were compatible with apocrine hidrocystoma (Figure 2 C and D).
Immunohistochemistry analysis was done to confirm the diagnosis. The cytokeratin-7 (CK7) and gross cystic disease fluid protein-15 (GCDFP-15) was positive and the immunostaining for S100 protein was negative in the analysis, confirming the prior diagnosis.
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DISCUSSION
Apocrine hidrocystomas are benign cystic lesions derived from the sweat glands of Moll and seldom found in the orbit. In this case, we report an apocrine hidrocystoma found in the superomedial wall of the orbit (1) (2) (3) (4) . Although orbital cystic lesions are often encountered, they are mostly dermoid cysts and mucoceles. Apocrine hidrocystomas are extremely rare. The pathophysiology of hidrocystomas is uncertain. It has been hypothesized that sequestration of epithelial cells at the embryonic stage or traumatic implantation of epithelial cells into deeper tissues, including orbit, could lead to the condition. In our case, the lesion was acquired and there was no history of trauma or any prior surgical procedures (3) (4) (5) (6) (7) (8) . The CT findings revealed an extraconal nodule in the superomedial wall of the orbit, with cystic and solid areas. The intraoperative findings revealed a very thin-walled cystic mass that ruptured during the procedure with the release of a clear fluid and all of the cystic wall was excised. Ssi Yan Kai et al (8) reported a case of recurrent giant orbital apocrine hidrocystoma after 2-years of primary excision, though the cystic wall was probably not completely excised.
The histopathological findings were compatible with apocrine hidrocystoma. Sometimes it is difficult to differentiate (the more common) eccrine from the apocrine hidrocystoma. In our case, deeply eosinophilic cytoplasm, apical snouts with decapitation secretion, a multilaminar epithelial cyst lining, CK-7 and GCDFP-15 markers positivity (an excellent marker for apocrine differentiation), unequivocally distinguish this lesion from the more common eccrine hidrocystoma. The eccrine hidrocystoma arises from the eccrine sweat gland ducts. It contains clear or faintly eosinophilic material and is lined by a double layer of low, pale cuboidal cells without papillations, no apical decapitation secretion, as was found in our study. The S100 protein is generally positive in eccrine glands, another fact that confirms our diagnosis (2) .
Orbital apocrine hidrocystomas have been described in the global literature (Table 1) . Vignes et al.
(1) reported a 33-year-old man with an intraorbital, extraconal cystic lesion, where the histopathological examination revealed apocrine hidrocystoma. Valenzuela at al. (7) and Behshad et al. (3) reported a case of a man with cystic mass in the extraconal orbit, compatible with apocrine hidrocystoma upon histopathological examination. Ferraz et al. 4 reported three cases of orbital apocrine hidrocystoma presenting with blepharoptosis, also confirmed with histopathological examination. In all these cases, the immunohistochemistry was not done to confirm the diagnosis. Jakobiek et al (2) reported a case of palpebro-orbital apocrine hidrocystoma with immunochemistry diagnosis differentiation, as reported in our study. Orbital apocrine hidrocystoma with immunohistochemical confirmation
In some cases, just the immunohistochemistry (Chart 1) could differentiate eccrine or apocrine hidrocystomas or conjunctival cysts. The CK7 is a non-queratinizated simple epithelium cytokeratin. It is positive in ephitelia ducts and glands. The GCDFP-15 is an excellent marker for apocrine differentiation. It is present in apocrine epithelia, which will differentiate it from eccrine epithelia. Immunohistochemical demonstration of GCDFP-15 has become a useful adjunctive diagnostic tool in cases where decapitation secretion is not readily apparent, although in our study the histological analysis revealed the decapitation secretion. The S100 protein derives from neural crest cells, like Schwan cells, melanocyte and inner layer of eccrine glands. In our study, the CK7 and GCDFP15 were positive and the S100 protein was negative, which confirm definitively our diagnosis of orbital apocrine hidrocystoma (1) (2) (3) (4) (5) (6) (7) (8) (9) (10) .
Chart 1
Immunohistochemical markers used to differentiate apocrine from eccrine hidrocystomas
Immunohistochemical markers Function summary
Citokeratin 7 (CK7). Type II keratin of simple non-keratinizing epithelia. The cytokeratin 7 is a positive marker in glandular epithelium.
Gross Cystic Disease Fluid Protein 15) (GCDFP15) Also called BRST2, prolactin-induced protein (PIP). It is an excellent marker of apocrine differentiation. It is a glycoprotein originally isolated in human breast gross cystic fluid. S100 Protein (S100) Acidic protein, 100% Soluble in ammonium sulfate at neutral pH (derivation of name). It is present in eccrine glands inner layer. Although rare, apocrine hidrocystomas should be considered in the differential diagnosis of cystic mass of the orbit in any age group.
